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Scattered arteriovenous malformations in
Osler-Weber-Rendu syndrome
NaiemNassiri, MD, Aditya Rachakonda, MD, Alfio Carroccio, MD, andRobert Rosen, MD, New York, NYA 76-year-old woman presented with long-standing, recurrent epistaxis and
scattered, erythematous to purple, non-blanching macules on bilateral volar
fingers, with digital pallor and cyanosis (A).Mildmicrocytic anemia and a family
history of chronic epistaxis were present. A diagnosis of Osler-Weber-Rendu
syndrome or hereditary hemorrhagic telangiectasia was made. This is an auto-
somal-dominantdisorder featuringectasias of precapillary arterioles thathave the
potential to develop into high-flow arteriovenous malformations, most com-
monly along the nasal, oral, and gastrointestinal mucosa. The diagnosis is made
clinically by the Curacao criteria established in June 1999.1 The criteria are as
follows:
1. Epistaxis – recurrent, spontaneous nosebleeds.
2. Telangiectases – multiple at characteristic sites (fingertips, lips, oral mucosa,
tongue, and nose).
3. Visceral arteriovenous malformations (AVMs) – gastrointestinal telangiecta-
sia (with or without bleeding), pulmonary AVM, hepatic AVM, cerebral
AVM, or spinal AVM.
4. Family history – first degree affected relative.
The diagnosis of Osler-Weber-Rendu is definite if three ormore criteria are
present, possibleor suspected if twocriteria arepresent, andunlikely if fewer than
two criteria are present. Intracerebral and pulmonary lesions must be ruled out
immediately. The latter classically present as isolated, unilateral arteriovenous
fistulas within the pulmonary circulation with the potentially lethal risk of para-
doxical septic emboli that can develop into intracerebral abscesses.2,3
In the current patient, magnetic resonance imaging revealed localized con-
trast-enhancement along the nasal turbinates suggestive of a hypervascular pro-
cess (B). Angiography through bilateral external carotid arteries confirmed the
presenceof scattered fociofhypervascularitywithearly venousfilling throughout
theoral cavity and along thenasal turbinates (C) . Transcatheter embolizationof
these symptomatic, hypervascular fociwith300 to500mmicrospheres using a
coaxial microcatheter system placed superselectively into contributing branches
of the facial andmaxillary arteries successfully reduced the frequency and volume
of epistaxis, which was confirmed at 1-year follow-up.
Familiarity with the underlying visceral and mucosal features of hereditary
hemorrhagic telangiectasia can help guide diagnostic workup and therapeutic
strategies in patients presenting with the above clinical findings.
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